A 3.5-year-old boy was referred for the diagnosis and management of refractory seizures. He had been previously well but 10 days prior had an upper respiratory tract infection. Three days later, he had right-sided involuntary limb movements and facial twitching. Initially, these episodes were brief with preserved consciousness, but they gradually increased in duration with alteration in the sensorium in the form of unresponsiveness and excessive crying. He was initially treated with phenytoin, valproate and levetiracetam, but the seizures remained refractory. On examination, the child was underweight (11 kg; z-score between À2 and À3) with no meningeal signs, rash, organomegaly, lymphadenopathy, papilledema or focal neurological deficits.
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He continued to have seizures [continuous electroencephalogram (EEG) was not available) and unexplained episodes of intermittent tachycardia. His repeated inter-ictal EEGs showed diffuse slowing and occasional left temporal sharp waves. He was treated with ceftriaxone and acyclovir for a presumed bacterial meningitis or viral encephalitis. He sequentially required phenobarbitone, lacosamide, midazolam infusion and thiopentone infusion for seizure control. The seizures were controlled for 24 h on thiopentone infusion but recurred on tapering thiopentone (superrefractory status epilepticus). He was subsequently treated with topiramate, intravenous immunoglobulins and pulse intravenous methylprednisolone.
Cerebrospinal fluid (CSF) analysis showed 40 white blood cells (predominantly lymphocytic), normal protein, sugar and lactate, negative Gram and Ziehl-Neelsen stain, negative Cartridge-Based Nucleic Acid Amplification Test for tubercle bacilli, negative bacterial culture reports, negative viral panel (pan flavivirus, enterovirus and paramyxovirus RNA and pan Herpes DNA) and negative autoimmune panel. Chest radiograph was normal. Magnetic resonance imaging of the brain is shown in Fig. 1A . Serum ammonia, lactate, blood gas analysis, plasma acylcarnitine profile and urine organic acids were normal. His anti-nuclear antibodies and anti-thyroperoxidase antibodies were negative. A tentative diagnosis of febrile infection-related epilepsy syndrome (FIRES) was made.
On day 25 of admission, he had persistent fever spikes and developed hepatosplenomegaly. There was pancytopenia (hemoglobin ¼ 8.2 gm/dl, total leukocyte count ¼ 700 cells/ml and platelet count ¼ 6000/ml). He showed hypertriglyceridemia [352 mg/dl (upper limit of normal: 265 mg/dl)] and hyperferritinemia [1808 ng/ml (upper limit of normal: 67 ng/ml)]. However, serum fibrinogen levels were normal. His bone marrow examination (Fig. 1B-E) confirmed the clinical suspicion of hemophagocytic lymphohistiocytosis (HLH). The HIV serology showed HIV-1 infection, and his parents were also HIV-infected. He also had low CD4 counts of 171/ml (normal range 900-2860/ml). Repeat CSF analysis for presence of other opportunistic infections was negative. He was started on anti-retroviral therapy and trimethoprim and sulfamethoxazole along with broad anti-bacterial coverage. However, the child continued to deteriorate neurologically and hemodynamically and died after 41 days of hospitalization.
D I S C U S S I O N
New-onset seizures in patients with HIV infection are frequent, with incidence ranging from 3 to 11% [1] . Pediatric data in this regard are lacking. The common etiologies are summarized in Table 1 . Status epilepticus is known to occur. Govender et al [2] studied 78 children with HIV infection attending an infectious disease clinic and found epilepsy in nine children; the causes included cerebrovascular events, central nervous system (CNS) infections, genetic and unknown.
Super-refractory status epilepticus refers to a status epilepticus that continues or recurs for !24 h after the onset of anesthetic therapy; the term also includes cases where status epilepticus recurs on the reduction or withdrawal of anesthesia. To the best of our knowledge, this is the first case report of a child with HIV infection presenting with super-refractory status epilepticus with the initial clinical course mimicking that of FIRES. Thus, it is important to consider HIV infection as an etiology for status epilepticus with no apparent cause.
HLH is rarely caused by HIV infection both in patients with normal and depressed CD4 counts [3, 4] . Neurological involvement is seen in one-third of children with HLH [3] . Yang [5] reported CNS involvement (clinical/radiological/CSF) in 43 of 92 (47%) children with HLH at the time of diagnosis. Ten of these children presented with seizures (none of them reported to be refractory). Jovanovic [6] also reported CNS involvement in 56% children (n ¼ 30) with HLH, with 11 presenting with seizures. Patients with CNS involvement were reported to have higher mortality. 
